Nevo syndrome is an autosomal recessive syndrome characterised by prenatal overgrowth, joint laxity, kyphosis, wrist drop, spindle shaped fingers, and volar oedema.
Nevo et al' reported three cases from an inbred Arab family with prenatal overgrowth, hypotonia, kyphosis, and wrist drop with spindle shaped fingers. They suggested that their cases represented autosomal recessive Sotos syndrome. Cohen2 suggested that the combination of abnormalities in the children described by Nevo et al' were striking and could represent a previously undescribed syndrome. Hilderink and Brunner3 reported a child from a consanguineous Dutch family with similar features. We report two other children from two unrelated Arab families with this syndrome.
Case reports CASE 1 This male child is the fourth child of a highly inbred Arab family from the UAE. The parents and all the other children are normal. Preg the neck owing to severe cervical lordosis and kyphosis of the upper and lower thoracic spine (fig 3) . There were no vertebral abnormalities apart from elongation of the pedicles in the cervical vertebrae. The thorax appeared narrow with increased AP diameter. There were 11 pairs of ribs. In the pelvis there were dysplastic acetabular roofs but the hips were not grossly dislocated. There was ulnar deviation of the fingers of both hands and the metacarpals and phalanges appeared long. The long bones appeared normal.
X ray of the pelvis and spine at 1 year of age showed subluxation of the right femur with a hypoplastic right femoral head (fig 4) , increased interpeduncular distance of the distal lumbar vertebrae, and an increase in the angle of kyphosis of the thoracic spine. There was extreme hyperlordosis of the cervical spine. MRI of the spine at 2 years 4 months showed a wide spinal canal and CSF space in both the hyperlordotic cervical and in the thoracolumbar regions (figs 5 and 6). There was no evidence ofposterior scalloping of the vertebral bodies or changes in the pedicles. The spinal cord appeared normal.
At 2 years 10 months he had normal speech development and had just started to walk. His muscle tone appeared normal and joint laxity improved; in particular the wrist joint appeared normal with normal function of both hands. Neurological examination was normal. His weight was 14 kg (<50th centile) and height 98 cm (>90th centile using the charts of Tanner et al4 and 75th centile and 95th centile respectively using the chart devised for Saudi Arabian children5). However, it was difficult to get an accurate measurement of his height because of his severe spinal deformity. Consent for x ray for bone age was refused by the parents. CASE 2 This male child is the first child of distantly related Arab parents of UAE origin. The family is not related to the first family and is from a different tribe, although both families come from the Al Ain district. The mother was 19 years old and the father 22 years old. Both are normal. Pregnancy was normal and delivery at 37 weeks' gestation was by LSCS because of breech presentation. His birth weight was 2700 g (50th centile), length 53 cm (>90th centile), and head circumference 33 cm (50th centile). After birth he was noted to be floppy with a poor cry. He had the following dysmorphic features: dolicocephaly, low set ears, and a high arched palate. The joints were lax and there was bilateral wrist drop, oedema of the dorsum of the hands and feet, spindle shaped fingers, The clinical features of Nevo syndrome are typical and include increased prenatal growth, joint laxity, hypotonia, kyphosis, wrist drop with spindle shaped fingers, volar oedema, valgus deformity of the feet, and cryptorchidism. These features were present in all the reported cases, including the two cases in this report, and constitute the main findings of this Further delineation ofNevo syndrome However, the presence of wrist drop, volar oedema, and spindle shaped fingers are typical of Nevo syndrome. Other differentiating features include the lack of lens dislocation and heart lesion in Nevo syndrome and the different mode of inheritance.
The combination of wrist drop, volar oedema, and spindle shaped fingers with other features easily differentiates this syndrome from Sotos syndrome,8 13 another disorder which should be considered in the differential diagnosis.
The two families reported here are Arab Bedouins from the UAE. Similarly, the family reported by Nevo et all were Arabs living in Israel (table 1) . It is possible, therefore, that the gene for this syndrome is more common in Arabs than in other populations. This is perhaps because of the presence of a high level of inbreeding among Arabs, which has led to the appearance of several rare recessive disorders that are extremely uncommon in other populations.
